Very rarely childhood NS may be associated with various benign tumor like atrial myxoma, rhabdomyoma and fibroma. Among them atrial myxoma is the commonest and also in the right atrium is not common site for myxoma like left atrium.Usually right atrial site is three to four time less affected by this benign tumor. 2 Myxoma, a primary cardiac tumour is a raredisease, especially in children. Right atrial myxoma was first reported in 1908. 3 Approximately 75% of sporadic myxomas occur in females. In a series of 66 cardiac myxomas, the female to male ratio is 2.7: 1. 4 Majority of the patients with atrial myxoma present with one or more symptoms of clinical triad of embolic events, intracardiac obstruction or nonspecific manifestations with constitutional symptoms. 5 Myxomas can also be an incidental finding during routine medical checkup of asymptomatic healthy people, especially if they are of small size. 6 Here is a report of right atrial myxoma in a boy with Nephrotic syndrome, which is very rare in common clinical practice.
Case Report
A 3 year 6months old boy was admitted in the department of pediatric nephrology, Bangabandhu Sheikh Mujib Medical university with the complaints of generalized swelling, scanty micturition and precipitation of urine for seven days.On examination, he was found to be puffy, afebrile, anicteric, edematous, normotensive.His vital signs were within normal limit. His bed side urine for albumin byheat coagulation test was 4+. Genitourinary system examination revealed, distended abdomen, full flanks, umbilicus centrally placed and everted, kidneys not ballotable, bladder not palpable. Ascites was present, evident by fluid thrill and shifting dullness and genitalia was normal.On cardiovascular system examination no other physical abnormality was detected except a soft diastolic murmur, grade 2/6 at the left second inter-costal space lateral to the sternal border. But the murmur was not persistent all the time and the intensity of murmur sometime fades or absent specially with change of posture. Other systems revealed no abnormality.
Right
During initial episode of nephrotic syndrome (NS) the boy was treated with corticosteroid in divided dose and the boy responded well. Treatment was complete in context of urinary remission and biochemical parameters during initial 6 weeks therapy. But just before starting alternate day therapy he again developed massive proteinuria and edema. The patient was treated with usual regimen of 1 st relapse with oral prednisolone 60 mg/m 2 /day and he began to respond. In the mean-time, pediatric cardiologist and cardiac surgeon were consulted for immediate management of myxoma as fatal sequele might occur due to dislodgement of the myxoma. As per advice of cardiac surgeon the boy was transferred to cardiac surgery department of the same institutionfor immediate surgical removal of the mass. But unfortunately three days after transfer the patient expired due to sudden deterioration of the general condition.
Discussion
Atrial myxoma is most frequently detected in patients in the third or fourth decade of their lives. 7 Reported patient was only 3 years 6 months old. It is well known that myxoma is more common in females than males and in left atrium than right atrium. 2 But in the reported case the patient was a boy and had right atrial myxoma.
The presentation of atrial myxoma with proteinuria and haematuria in the absence of any other clinical signs or symptoms is very unusual. 8 Myxoma usually present withweight loss, raised body temperature, dyspnea after exertion, fatigue, pains and dizziness, supraventricular tachycardia but in this case, the patient was asymptomatic. Physical examination may reveal systolic or diastolic heart murmurs. This patient had only diastolic murmur without any of above mentioned symptoms and signs. Some myxomas can induce inflammatory state, confirmed in laboratory tests(increased ESR, leucocytosis), as well as anaemia, thrombocytopenia or thrombocytosis.
Fragmentations of the tumour may cause embolism of peripheral blood vessels. 9 The occurrence of general symptoms is associated with the production of cytokines by the tumour, especially of interleukin 6 (IL-6). 7 In the present case there was only raised ESR (90 mm at 1 st hour) in this case which may be due to nephrotic syndrome as well as myxoma.
Relation between atrial myxoma and nephrotic syndrome is not well described in text and literature. James R. Bushnell et al. 8 reported an unusual case of atrial myxoma with microscopic hematuria and proteinuria. where urinary signs were resolved after surgical excision of the tumour. Kalra et al. 10 also described a patient with myxoma presenting with right heart failure and nephrotic range proteinuria.Other recognized causes of proteinuria in patients with cardiac myxomas include membranous nephropathy 11 , amyloidosis 12 , interstitial nephritis 13 and cryglobulinaemia. 14 Patients with myxomas have been shown to have detectable anti-endothelial cell antibodies (AECA) in peripheral circulation. 15 In animal models, the development of AECA caused renal injury and proteinuria. 16 Cardiac myxomas also secrete IL-6 which may have a role in the development of renal injury and proteinuria. 17 IL-6induces the production of acute phase proteins in hepatocytes and promotes differentiation of B cells, as well as activates macrophages, T cells and B cells. Population based studies in type 1 diabetes have correlated elevated IL-6 levels with the development of gross proteinuria. 18 This patient relapsed before completing steroid for first attack which is unusual, it may be IL-6 triggered relapse due to myxoma.
Conclusion
Though right atrial myxomain childhood nephrotic syndrome is a rare event but in case of newly detected systolic murmur in nephrotic syndrome, atrial myxoma should be kept in mind and intervened as early as possible by surgical removal of the myxoma. Otherwise fatal complication may occur.
